Four women, from three families, are presented who developed severe bilateral optic nerve disease. A diagnosis of Leber's hereditary optic neuropathy (LHON) was made when male f�mily members became affected. The disease ran a similar course in men amI women with severe and permanent reduction in vision. Two women had been told that they suffered from multiple sclerosis. With recent advances in diag nostic techniques it should be possible to distinguish between these two conditions.
The pattern of inheritance has long been assumed to be due to transfer of a defect via cytoplasmic DNA from the maternal oocyte.ll-14 Since spermatozoa have no cyto plasm, men cannot pass on the trait to their offspring.
Support for the theory of cytoplasmic inheritance has come from the finding of a mutation, a single amino acid substitution, in mitochondrial DNA, in nine of 11 families with LHON . 15 We present three families in whom four women and four men developed LHON with a similar course and severity. 
